Intraventricular rupture of craniopharyngioma cysts is an unusual event which is associated with a high risk of loculated or communicating hydrocephalus. A 75-year-old woman presented at the Emergency Department of our hospital with mental status deterioration due to chemical ventriculitis and acute hydrocephalus following the intraventricular rupture of a craniopharyngioma cyst. The patient was treated with stress-dose steroid therapy. In addition, she underwent placement of an external ventricular drain and endoscopy-assisted intra-cystic placement of an Ommaya reservoir for the aspiration of the cystic fluid. The patient's condition improved; she was shunted in an expeditious fashion and discharged from the Intensive Care Unit within 2 weeks of her admission with the reservoir in place for the continued drainage of the cyst.
INTRODUCTION
Craniopharyngioma cysts are pathological entities well described in literature. Nearly 16 cases of ruptured craniopharyngioma cysts have been reported so far. [1] [2] [3] [4] [5] Most commonly, craniopharyngioma cysts rupture into the subarachnoid space or the sphenoid sinus and are draining into the nasopharynx. [2] Intraventricular cystic lesions have been described in the literature, as a finding more commonly observed in older population. [6] The patients present at the Emergency Department (ED) with a variety of symptoms including headache, aphasia, lethargy, meningismus, fever, rhinorrhea as well as loss of vision acuity. [1, 2, 7, 8] In addition, cyst rupture has been correlated to cerebral vasospasm and ischemia. [7] The pluralism of clinical manifestations of this rare pathological entity makes the differential diagnosis and treatment strategy a puzzling problem for the emergency care physicians. Our aim is to present an uncommon case of spontaneous intraventricular rupture of a craniopharyngioma cyst in an elderly patient that was treated successfully with steroids, ventriculo-peritoneal shunting, and the intracystic placement of an Ommaya reservoir.
CASE REPORT
A 75-year-old woman with a known intracranial mass referred to our outpatient clinic. The lesion was incidentally discovered after a head computed tomography (CT) scan that she had in the past for the evaluation of a confusion episode secondary to hypoglycemia (diabetes mellitus being the only comorbidity in this patient). Magnetic resonance imaging (MRI) of her brain revealed a cystic sellar mass with mass effect on the right lateral ventricle [ Figure 1 made. She was then placed on steroid therapy as well as hormone replacement therapy, and surgical resection was planned. In the interim, she began developing severe lower extremity weakness that delayed surgery. A diagnosis of steroid-induced myopathy was made.
Immediately after the evaluation of her lower extremity weakness, the patient presented to the ED with an acute onset of altered mental status. Her Glasgow Coma Scale (GCS) score on initial presentation was 10. Noncontrast head CT imaging demonstrated changes in the density of the cyst and the density of the ventricular cerebrospinal fluid (CSF) [ Figure 2 ]. Subsequent MRI of the brain was strongly suggestive of intraventricular rupture of the cyst [ Figure 3 ]. Intraventricular cyst rupture was confirmed by a lumbar puncture that demonstrated marked pleocytosis with elevated levels of cholesterol and lactate dehydrogenase identified by CSF analysis. Given these findings, a diagnosis of chemical ventriculitis was made.
The patient was initially started on high-dose steroid therapy with significant improvement of her level of consciousness (GCS: 13/15). Once her clinical condition was medically optimized, the patient was taken to the operating room for endoscopic-assisted intracystic placement of an Ommaya reservoir [ Figure 4 ]. Cytopathologic analysis of the aspirate revealed proteinaceous material, blood, and histiocytes, some with hemosiderin. She underwent shunt placement for continued ventriculomegaly 5 days after Ommaya reservoir placement. Her condition improved, and she was discharged from the Intensive Care Unit within 2 weeks from her admission.
DISCUSSION
In the literature, it is postulated that the formation of craniopharyngioma cysts is correlated to inflammation processes. [9] Spontaneous rupture of cystic craniopharyngiomas was documented initially in the second decade of the 19 th century. [10] Symptomatology includes loss of vision acuity, headache, meningismus, hyperemesis, and neurological decline, which are strong indications of increased intracranial pressure. Obesity and hypopituitarism are often observed in these patients in addition to diabetes insipidus. [11] An emergency imaging study of the brain should be provided in every case. A head CT/MRI scan can show the cystic mass as well as the existence of hydrocephalus which is a result of the high cholesterol levels. Differential diagnosis based on imaging findings includes dermoid cysts, epidermoid cysts, Rathke cleft cysts, teratomas, schwannomas, craniopharyngiomas, and gliomas. [12] The laboratory examinations should include the endocrinologic profile of the patient. Steroids should be provided immediately after the verification of lesion's location and nature.
CSF analysis can also show abnormalities in the levels of lactate dehydrogenase and cholesterol. [4] Satoh et al. [10] presented a series of five cases of ruptured craniopharyngioma cysts and their radiological features. Three of five of these cases also showed CSF changes, and only one of these cases was diagnosed as a cystic rupture into the cistern, based solely on CSF analysis.
To date, only two cases of spontaneous intraventricular rupture of a craniopharyngioma cyst have been described. [5, 13] Ravindran et al. [5] reported a case of a 12-year-old boy who had intermittent symptoms of high intracranial pressure. The patient underwent resection of the cyst and died on postoperative day 19. Kulkarni et al. [13] described a case of a 38-year-old woman who had an acute change in the level of consciousness and symptomatology compatible with acute ventriculitis. She was treated with ventricular drainage and steroid therapy.
At last, the treatment algorithm for ruptured craniopharyngioma cysts consists of ventricular drainage and steroid therapy. [5, 10, 13] In children and in patients who are not medically stable to undergo a large craniotomy for resection of the ruptured cystic component, the placement of an Ommaya reservoir constitutes an alternative solution. [14, 15] The placement of an Ommaya reservoir can serve as a mean for repeated drainage of the cyst cavity and the ventricles (if these structures are in free communication) which can be used outside of the intensive care setting as well as at a rehabilitation facility.
CONCLUSION
Intraventricular rupture of craniopharyngioma cysts is an exceedingly rare occurrence. The patients present at the ED with a variety of symptoms which indicate increased intracranial pressure. Physicians should seek at patient's medical history for any comorbidity that could indicate the presence of a cellar mass such as hormone deficiencies, visual loss, and chronic obesity. An emergency CT scan and/or MRI scan of the head should be conducted to clarify the source of the clinical findings. The endocrinologic profile of the patient is also significant for the diagnosis. Administration of stress-dose steroid therapy should be the next step before the final surgical management.
